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1. TPAHCAMWHUPOBAHMUE AMUWHOKUCIIOT

Peakuunsa nepeHoca a-aMUHOIpynnbl C aMUHOKUITIOTbI HA 0-KeTOKUcnoTy. Pe-
3ynbTaT: obpazoBaHNe HOBOW aMUHOKUCIIOTbl U HOBOM KETOKUCIOTDI.
Peakuua TpaHcaMmmMHUpoBaHUA obpaTuma.
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AMUHOKACNOTa, a-Keroxmucnora a-Ketoxscnora AMHHOKHCNOTa;

IATU peakuum NponcxoadaT B LUTONIIaaMme U MaTpuKce MUTOXOHAPUM (COOT-
BETCTBYHOLWME U3ohpepMeHTbl OTNUYarTCcAa No hus-Xxmm. CBOMCTBaM, B T.Y. —
no cyocrpatHon cneuyudPu4yHoOCTH).

B peakuuio TpaHCaMMHUPOBAHUSA HE MOTYT BCTyNaThb:
JFIN3UH, TPEOHUH (NO-BUAUMOMY, MO 3TON NPUYMHE OHUN He ABNAITCA MMUKOreH-
HbIMWU aMUHOKUCSIOTaMMU), NMPOSIUH — HE UMEEeT o-aMUHOrpynnbl.




TpaHcaMuHMpoOBaHUE KaTarMUpyrT aMuHompaHcgepasbl; Kopep-
MeHT — nupuaokcanbgocdar (npeawecTBeHHUK — BUTaMuH B, nupu-
AOKCUH).

NMupuaokcanbdgocdat KoBaneHTHO CBA3aH C OCTAaTKOM JIM3nHa-258
B KaTanntuyeckom LeHTpe cpepmeHTa. KnroyeByto ponb urpaet
anbgerngHaa rpynna nupupokcanbgocdara. TpaHcammMHupoBaHue
npoTekaeT B 2 cTaaun:

1-a ctaama: e-amunHorpynna (u3 cyocrtparta 1) otaensieTca u KoBarieH-
THO CBA3bIBaeTCs C anbaerugHom rpynnomn KkocgpepmeHTa — Npoucxo-
AUT obpaTnmMman KoBaneHTHas moanduKaumsa KaTariMTU4eCKoro LeHTpa
depmeHTa + HOBast KeTokucnora (npoaykTt 1). Nupuaokcanb-gocdcar
npeBpawjaeTca B nupmnaokcammHdocdoar.

2-9 cTagumsa: o-KeTokucrorta (M3 cyocrtparta 2) B3aMuMoOeucTBYyeT C
nupugokcamuHdgocgaTtomMm: ammMHoOrpynmna nepexoguT Ha KeTOKUCIOTY
+ HOBasA aMUHOKUCIIOTa (MPOAYKT 2), a nupuaokcamuHdgocdar
BO3BpaljaeTcAa B CBOKO UCXOAHYIO hopMy - nUpuaokcanbdocdgar.

JTO TUNUYHaA ABYXcyocTpaTHana pepMmeHTaTUBHaA peakumsa. OOAuH KaTanuTu-
YyeCKUU UEeHTP B AaHHbIA MOMEHT BpeMeHU MOXeT B3anMoaAencTBoOBaThb C OA-

HOW MoneKynou cybcTpara. Ecnu cybctpaTtoB ABa, TO OHU pearnpyroT ¢ LeHT-
pOM nocrnenoBartesibHO.
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Hanbonee aktTMuBHO TpaHCaMMHUpPOBaHMUE NPOUCXOANUT C AaMUHOKUC-
riotTamMu, coepxaHue KOTopbIX B KIleTKe CpaBHUTENIbHO BbICOKO.

0-aMMWHOKMUCIIOTbI: - rnyTamar

- anaHuH

- acnaprar
0-KeTOKUCNOTbI: - a-KeTornrTtapar

- nupysBaT

- okcanoauetaT (LUYK)

MaBHbIM akuenTop ammHorpynnbl (OT aMUHOKUCNOTLI 1) — a-kKeTorny-
Tapat (npeBpawiaetca B rnytamar). [nytamat nepegaet ammHorpynny
Nodon a-KeToKMUCIoTe + aMUHOKUCIIOTA 2.

Cyb6cTpaTtHasa cneundpn4HOCTL aMUHTPaHCepas CywecTBEHHO OTNU-
yarotcs. Hanbonbliaa akTUBHOCTb B TKAHAX YerioBeKa NpUHaanexuT:

- AnAT (makcumanbHoOe copepXaHue B renaTtouuTax U KapaMoMmouuTax)

- ACAT (makcumanbHoe cogepXXaHue B KapauomMuoLumTax U renatouuTax)

- rnytamaTt-nupyBataMuHTpaHcdepase (I'MAT)

- rnyTamMmaT-oKkcanoauetatammHoTpaHcdepase (FTOAT)



Pusnonornyeckoe 3Ha4yeHume TPaHCaAMUHUNPOBAHUA.

Ob6paTnmMocCTb peakuum TpaHCaMUHUPOBaHMeE NO3BONAET
UM yvyacTBOBaTb M B Katabonusme, 1 B aHabonuame.

TpaHCaMUHUPOBaHUE — 3aKMNMKYUTENbHbIN 3Tan CUHTe3a
3aMeHUMbIX aMUHOKUCIIOT N3 COOTBETCTBYHLUX a-KeTO-
KUCHOT.

TpaHcaMuHUpOBaHUe — NnepBas cTaaus
Ae3aMUHUPOAHNA aMUHOKUCIIOT = Ha4yalribHaa ctaaus nx
kaTtabonuama. ObpasyemMblie 0-KETOKUCNOTblI OKUCNAIOTCA B
LITK u ncnonb3yroTca B rMOKOHeOreHese UM CUHTe3e
KTOHOBbIX TeIl.

TpaHcaMuHUpPOBaHUE — CMOCOO U3MEHSATb CMEKTP CBO-
004OHbIX aMUHOKUCIIOT B KIeTKe B NOSfib3y TeX aMUHOKUC-
NIOT, B KOTOPbIX KNeTKa Oorblue BCero Hy>paeTcs B
CBOEM AaHHOM (PYHKLUOHArNIbHOM COCTOSIHUM.



2. AESAMUMHNPOBAHUE AMMUHOKUCIIOT

Peakuusi nesaMUHMPOBaHUA:

R-NH, (171 R=0 + NH,

dMUHO-KUCIIOTAa KeTO-KUCJioTa

O6pa3syrouwasnca KeTokucriora (6e€3a30TUCTbIN OCTAaTOK) UCMOSIb3Y-
eTcsa Ans:
- CUHTEe3a aMUHOKMUCIIOT (TpaHCaMUHUPOBaHUe);
- FMIOKOHeoreHesa;
- KeToreHesa.

U36biTok ammuaka (NH,) TokcuyeH ans knetok mosra. N =11 - 32
MKMornb/n. Ina ero BbiBeAeHUA U3 opraHnama ¢ modeu (B bopme
BOAOPacCTBOPMMOIro CoOeAUHEHUSA — MOYEBUHbI) CYyLLEeCTBYET LUKII
CUHTE3a MOYE€BUHbI — OPHUTUHOBbLIN LUUKN (TONbLKO ne4vyeHb). C ogHOM
MOJIEKYNION MOYE€BUHbI U3 OpraHusmMa yxoauT ogHa MorsieKkyna
aMmMumaka.



2.1. OkucnutenbHoe Ae3aMUHUPOBaHMe.

Hanbonee MHTEHCUBHO B KJfieTKax YenoBeka npouncxoanT OKUCInun-
TenbHOe Ae3aMUHUnpoBaHue FnyTaMVIHOBOﬁ KUCIOThbI, OﬁpaTMMyI-O

peakuuro Katanusupyet asriymamam-AIr (mntoxoHgpum):
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H; fﬁ S = CH, * NH,
H- NH; [nyramarperwaporesasa ' NH MO §= 0

COOH COOH

Mnyramar a-MMW a-Kerornyrapar

Bcnepctuee obpatumocTy, peakuus, npy noebiweHuu [NH,], npore-
KaeT B 0OpaTHOM HarnpaBfleHUn — BOCCTaHOBUTENIbHOe aMUHUpPOBaHMe
o-KeTornyrtapara.

Fnmymamam-AI — perynatopHbIn hepMeHT B OOMeHe aMUHOKUCTIOT.
Annocrtepuyeckum aktuparop: AAP; annocrepnyeckme MHFIMOUTOPLI:

AT® n HAOH.



KodepmeHT rmytamataermgporeHassl — HAQ" (NAD") — HUKoOTUH-
amunpgapgeHMHouHykKneotusg (dpocdar)

Ona cuntesa HAQ* u HAQ®" Heo6xoauMm BogopacTBOPUMbLIN BUTa-
MuH B5, PP (HUkoTMHamung) unun aitunennarpu4yeckum BUTaMuH.
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MexaHn3m TpaHcnopTta Bogopoaa ¢ yyactuem HAL"/HAOH
(nokasaHa TONIbKO YaCTb MOMEKYIbl)
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NADH (NADPH) + H

B BoccTaHoBneHHon chopme
HALOH, oguH aToMm BOoopoaa
AuccouuupyeT, YTO conpoBoOXaa-
€TCS 3aKUCIeHneM cpeabl.



Ponb okucnutenbHoOro gesaMmmMHMpoBaHUA aMUHOKUCNOT: obpa3oBa-
HUue a-KetorntoTaparta. Noctynaet B LITK, okucnsercs, yyacteys B
cuHTe3e AT®. B ycnoBusix noBbILLEHHOWU TpaTbl IHEPIUU, B KINeTKe
HapacTaeT KoHueHTpauusa AQ® — annocrtepuyeckoro akrusaropa a2/1y-
mamam-4r.



Okcunpasbl aMUHOKUCNOT (OOHapyXeHbl B NOYKaXx U
neyeHmu)

Okcupa3sa L-amuHokucnot. Kodpaktop peakumm — ®MH (dnaBuH-
MOHOHYKIeoTna). Bknag aton okcuaasbl, N0-BUAUMOMY, HEBENUK,
nockonbKy pH ontumym coctaensiet 10 (lweno4yHaa cpepa).

Okcupasza D-ammHokucnort. Kodgaktop peakunm — ®AL (dnaBuH-
ageHuHauHyKneotung). pH ontTumym — BONM3un HenTparibHbIX 3HaYe-
HUWU, YTO CBUAETESIbCTBYET O BO3MOXHOM y4acTuUu B MeTabonname
aMMHOKMUCIIOT: CNOCOOCTBYHOT nNpeBpaweHuto D-ammHokucnot B L-
aMMHOKUCNOTbI (6enkn opraHnama v 6enkuv nuwm — L-nsomepsoi.



Onsa cuHTe3a kocpepmeHTa PAL" (PMH") Heo6xoauM BOogopacTBOpPU-
MbiM BUTaMuH B, (pnbochnaBuH), BUTaMuH pocTa.
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MexaHn3m TpaHcnopTa BogopoAa C y4yactuem CIJA,IZI,"ICIJA,4IZI,H2
(nokasaHa TONMbKO YacTb MOSEKYIbl)
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2.2. Henpsimoe ge3ammnHupoBaHue (TpaHcaoe3aMUHUPOBA-
HUue).

NMpsamoe aesammHnpoBaHue (CM. Bbille) HEAOCTYMNHO OOSLLUMHCTBY
aMMHOKMCIOT (B OCHOBHOM TaK npeBpaljaeTca rinyrtamar).

BonbWMHCTBO aMMHOKNUCIIOT NoaBeprarTca AByXCcTaguUHOMY Ae3-
aMMHNPOBaAHUIO (HENMpPAMOEe UM TpaHcae3aMUHUpPOBaHUe):

amuHompHcgepa3sa
R-NH, + o-rnyTapar []--------- 1 R=0 + rnyrtamart (Il ctagusn)

anymamam-4r, HAQ"
rmyTamMaT [|-----====-------- "l a-rnyTapart + NH, (Il cragus)

Ponb 3aTtoro HernpamMmoro AesaMmmHMpoBaHuUA BeJinKa, MNOCKOJIbKY 3TO
nyTb Ae3aMUHNpoOBaHUe A5A OONbLUMHCTBA aMUHOKUCIIOT.



